ing 44 cm. The face was dysmorphic with a narrow forehead, anteverted nares, broad and prominent nasal bridge, angioma on the forehead, narrow and antimongoloid palpebral fissures, blepharoptosis, and marked micrognathia. The head circumference was 31-5 cm and the neurological state very poor ( fig   1) .
In addition, there was bilateral clinodactyly of all five fingers, proximally placed thumbs, and postaxial polydactyly on the left hand. The feet also showed bilateral postaxial polydactyly, with syndactyly of the second and third toes. The fingers and toes were clenched. On examination, she was small for her age with very widely spaced nipples, female external genitalia, and a sacral dimple. No gonads were palpable.
X ray examination showed a dense base to the skull, thin ribs, and narrow iliac bones. On the hand, the polydactyly affected the bones and the first metacarpal was short. On the right foot, there were only four metatarsals of which the last two were in the form of a Y thus giving rise to the polysyndactyly. On the left foot, the fourth and fifth metatarsals were joined proximally and the sixth toe had no bone (fig 2) . FIG I Case 1 showingfemale external genitalia, polydactyly, low set ears, anteverted nares, broad nasal bridge, and micrognathia. FIG 2 X ray offeet ofcase 1. suspected until then. The child died of pulmonary complications on day 45.
Necropsy showed an ectopic left kidney, dilatation of the cavities of the right heart, and a macrophagic infiltration of the lungs. The uterus was absent but there were two male gonads and an epididymis. Histologically, the seminiferous tubules were immature and the interstitial cells were poorly developed. CASE 
2
The second child of a young couple was born after induced labour at 38 weeks. Ultrasound examination at 35 weeks showed retarded growth which was confirmed at birth (length 40-5 cm, birth weight 2250 g, head circumference 30 cm).
There was marked dysmorphism including an antimongoloid slant of the palpebral fissures, marked micrognathia, and broad alveolar ridges. The tongue had a multicystic appearance and there was excessive skin on the back of the neck. This small for dates female child, born at term (birth weight 2480 g), was admitted to hospital because of her dysmorphic appearance characterised by micrognathia, a flattened nasal bridge, an arched palate, low set and poorly formed ears, postaxial polydactyly of all four extremities, and hypertrophic labia majora. The neck was short with excess loose skin ( fig 6) . X rays revealed a sixth lumbar vertebra (sacral dimple), confirmed the polydactyly (synostosis of the fifth metacarpal), and showed a short first metacarpal and brachymesophalangy of the sixth. The child died of heart failure with a patent ductus arteriosus. Necropsy showed large and lobular kidneys. The karyotype was 46,XX.
CASE 8
This girl was born to a 17 year old mother of gypsy origin whose parents were consanguineous, but whose precise relationship was not known. ' with polydactyly' and 'without polydactyly', it appears quite clear that the sexual ambiguity is more severe when there is polydactyly and the prognosis then seems to be extremely poor (table 3) .
This analysis indicates the need to differentiate the Smith-Lemli-Opitz syndrome from those cases with polydactyly, marked sexual ambiguity, and early death. The results of family studies contribute a further element to support this division. It has been established that the pattern of inheritance of the Smith-Lemli-Opitz syndrome is autosomal recessive, and this is confirmed by the consanguinity found in certain families and the existence of multiple affected sibs. Within families, the degree of severity is very similar, as one would expect according to genetic heterogeneity. A possible exception is family 1 reported by Dallaire, 16 in which two seriously affected children had severe polydactyly, the third child having no polydactyly. In this family, described in 1969, the author mentions an abnormally long chromosome 16 in the mother that was also present in some of the normal children as well as in some of the affected ones. Without sufficiently precise karyotype studies (marker studies) there remains doubt about the validity of the diagnosis.
A NEW PATTERN OF MALFORMATIONS
We can therefore distinguish the Smith-LemliOpitz syndrome from the new pattern of malformations reported here, which is also transmitted in an autosomal recessive fashion, and which we propose to name lethal acrodysgenital dwarfism.
Apart from our eight observations and the three reported cases of Donnai et al, ' 
